Mrs G P, aged 64
History: In May 1973 she was admitted to hospital with swelling of the left foot and some pain in the left calf, followed by swelling of both legs, and weight gain. She had noticed flushing of the face, particularly on exertion, bending and taking alcohol. Her bowels tended to be loose. Seven years previously (in July 1966) a tumour was removed from the ileoc=ecal region by right hemicolectomy. A histological diagnosis of carcinoid was made following operation, and adjoining glands found to be infiltrated. On examination: Marked flushing of face, swelling of both legs, some sacral cedema. Jugular venous pressure was raised, with systolic waves, and the apex beat was displaced laterally. There was no thrill, but a prominent pansystolic murmur and short diastolic murmur compatible with tricuspid valve disease. Liver palpable and pulsatile. Investigations: Chest X-ray: some generalized cardiomegaly but lung fields clear. ECG: low voltage, sinus rhythm. Urinary 5HIAA 47 mg/ day (normal 10 mg/day). Blood urea and electrolytes normal. Liver function tests normal. Phonocardiogram tracing is shown in Fig 1. Treatment: The congestive heart failure was treated successfully with digoxin and diuretics, and the patient remains well. Diarrhoea and flushing have not required any treatment so far.
Discussion
Carcinoid heart disease is extremely rare and its incidence in the general population is difficult to assess. From time to time isolated case reports have been documented. Waldenstrom (1973) published the clinicopathological findings and follow up in 11 cases of carcinoid heart disease and concluded that heart disease may be a manifestation of carcinoid, and that it may have a progressive course of its own even with successful removal of the primary tumour. A patient with carcinoid secondaries may survive many years after resection of the slow-growing primary tumour.
Flushing of the face and intestinal hypermotility are the most common manifestations. Carcinoid heart disease is usually right-sided, with pulmonary stenosis and/or tricuspid valve disease; without appropriate treatment progressive heart failure and subsequent death is the common outcome. The right-sided heart lesion is important and needs reappraisal in view of the surgical correction now available for this type of valvular lesion. Zucker et al. (1973) reported successful correction of tricuspid and pulmonary valve lesion in a woman of 26 with carcinoid syndrome; and concluded with a strong plea that a patient with carcinoid heart disease who has significant valvular lesion and progressive congestive heart failure should be considered for surgery.
Our patient, who almost certainly has liver metastases, is troubled by her heart valve lesion; even at this stage we would not entirely rule out surgical correction, though it would be much more important in a younger patient. (N 3-20) , total 17oxogenic steroids 3.7 (N 4.5-17) , free corticosteroids 3.6 g/24 h (N 78-372).
Thyroid function tests: T4 by column as iodine 8.4 g/100 ml (N 3.0-6.6), T3 uptake (Thyopac-3) (Blizzard et al. 1967) that the simultaneous occurrence of various diseases now believed to be the organ-specific autoimmune type such as thyrotoxicosis, pernicious anaemia, hypoparathyroidism and diabetes mellitus, is associated with a similar occurrence of organ-specific antibodies to these tissues. This supports the view that idiopathic adrenal insufficiency is part of a syndrome of polyendocrinopathies which include thyroid, parathyroid, adrenal and gastric tissue, the basic defect being an immunological mechanism which predisposes the patient to multiple endocrine disease.
The observation that 34 % of patients reported to have only idiopathic adrenal insufficiency have antibodies to gastric parietal cells, parathyroid tissue and/or thyroid tissue (Irvine et al. 1967 ), should prompt a comprehensive antibody screen and close monitoring of clinical progress, thus ensuring the early detection of disease in these preclinical states.
Familial aspects of Addison's disease have been studied (Hung et al. 1963 ) and it appears that a family history of other endocrinopathies with immunological abnormalities is a relatively common feature of patients with idiopathic Addison's disease. However, thyroid disease, diabetes mellitus, asthma and eczema are all common conditions and a large series of patients has yet to be documented.
The patient presented is of interest in that she demonstrates the simultaneous presentation of two autoimmune endocrine diseases. The additional finding of gastric parietal cell antibodies will prompt a close monitoring for the possible development of pernicious anemia, both in this patient and in her relatives with similar autoimmune markers.
